Dear Editor,

With great interest, we read the case report "Self-injurious behaviour in SCA17: a new clinical observation"\[[@B1]\] by Bonomo and colleagues, describing two patients with spinocerebellar ataxia type 17 (SCA17) who presented with repetitive skin scratching. While self-injurious behavior is a common feature in mental retardation \[[@B2]\] and primarily psychiatric disorders \[[@B3]\], this was the first report of this phenomenon in patients with SCA17.

We here report another patient with SCA17 presenting with severe skin scratching.

Initially, this 72-year old patient with a positive family history noticed slurred speech and progressive gait impairment, including balance problems around the age of 56. The disease was then characterized by progressive cognitive decline, moderate generalized chorea, dysarthria, and limb and gait ataxia (SARA 12/2018: 16/40, 09/2019: 21.5/40, MoCA 05/2016: 11/30). Genetic testing in 2011 revealed 38 and 50 CAG repeats in the *TBP* gene (cutoff 48 repeats), confirming the diagnosis of SCA17. An MRI in 2014 showed global brain atrophy including cerebellar volume loss with a predominant involvement of the vermis. An individualized treatment with the antiglutamatergic drug riluzole was initiated in 2017 to treat ataxia symptoms. In 2018, the wife reported an increase of disorientation and restlessness, which progressed over the following months. A therapy with quetiapine was started (initially 50mg daily, later up to 100mg daily), which did not significantly improve restlessness. In June 2019, two years after the initiation of riluzole therapy, the patient started to severely scratch himself mainly at the neck, trunk, and arms. Due to progressive dementia, he was not able to provide meaningful information regarding scratching, particularly the presence of itchiness or an urge to scratch without the sensation of itchiness; the wife, however, confirmed a possible relation to the increase of general restlessness (Figure [1 A, B](#F1){ref-type="fig"}). Therapy with antihistamines only led to a slight improvement. A brief interruption of riluzole therapy did not alter the scratching. A skin biopsy showed no signs of an autoimmune dermatosis, particularly no evidence for bullous pemphigoid.

![**Photographs of skin lesions.** Figure legend: In August 2019 (A, B) and after (C) the change of medication in October 2019. **(A)** Lateral trunk, **(B)** lower back, **(C)** lower back.](tohm-10-1-235-g1){#F1}

Also, there was no evidence for an underlying hepatic disease (e. g. as a side effect of riluzole) causing the pruritus and no obvious association with a change in medication. A functional cause of the scratching was suspected. A change of medication to risperidone with an optional addition of melperone was suggested.

Before the change in medication was implemented and following an acute psychotic exacerbation with agitated behavior, the patient was admitted to an external gerontopsychiatric facility. Riluzole was stopped, and therapy with risperidone was initiated. Under the new medication with risperidone and trazodone scratching markedly improved (Figure [1C](#F1){ref-type="fig"}). Due to rapid cognitive decline, care at home was no longer feasible, and the patient was referred to a home for people with neuropsychiatric disorders, where he deceased a couple of weeks later at the age of 72 years due to an unknown cause.

Interestingly, our patient, as well as both previously reported cases, presented with chorea confirming SCA17 to be an important differential diagnosis of Huntington's disease \[[@B4]\], in which itching is reported to be relatively frequent \[[@B5]\]. Our case highlights that disinhibition and general restlessness should be considered as a possible cause of clinically troublesome scratching in patients with SCA17 and possibly also other neuropsychiatric diseases, provided potentially other underlying causes including skin and liver diseases have been excluded. Pharmacological management in these cases may include high potency neuroleptics. Neurologists should thus be aware of this potentially under-recognized clinical sign in neurodegenerative disorders with a broad spectrum of neuropsychiatric symptoms.

The authors would like to thank the patient and the family for the participation in this study.
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